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bone3Hb bepxe (IgA - HedbponaTusa) —
3aboneBaHue kKnybo4koBOro annapara NoYkn c
Me3aHrmanbHbIMU OTIIOXKEHUAMMU IgA, OCHOBHbIM

NPOSIBIIEHMEM KOTOPOTO ABMAETCH PeLUUANBUPYIOLLaS
remaTtypus.

Mopdronormueckme npuaHakm IgA-Hedponarum

A — HOpasanbHbiM KNybouex. b — IgA-HedponaTmes. MesaHrnsd cCOnep>xMT
onoxeHns IgA M pacuspeH 3a CHET nNponmdepal pa Me3aHIMarnbHbIX
KINETOK.



nuoemuoiocus

2t0 Hanbonee pacrnpocrpaneHHas ¢popma I'H Bo Bcem
mupe. OHa BcTpedaeTcs B IF000M BO3pacTe, MUK
3a00JI€Ba€MOCTH B IIOJPOCTKOBOM Bo3pacte U 'y 20-
JIETHUX; MY>KYMHBI 3a00JI€BalOT B 2—6 pa3 yaiie, 4eM
’KCHILIMHBI; 3a00J1eBaHUE OOJIbIIIE PACIIPOCTPAHCHO
CPEIU MPEACTABUTENIEN EBPONICOUIHON U a3UATCKOM
pac, 4em cpeay appoaMepUKaHIICB.
PacipoCTpaHeHHOCTh IMMOYEYHBIX OTIIOKECHUM [gA
coctasisieT 5% B CIIA, 10-20% B FOxxnou EBpone u
Asctpaiuu 1 30—40% B A3un. OgHaKo HE Y BCEX
JFOAEU C OTIIOKEHUAMHU [gA pa3BUBACTCS KIIMHUYECKAS
KapTHHA 3a00JICBaHMUS.



Hcemopus

Brepseie IgA-Hedpomarus Obl1a onrcana B 1968 T.
Berger u Hinglais mox HazBaHHEM «MEKKATUILIIPHBIC
otnoxeHus IgA-Ig(G» Ha OCHOBaHMM 55 ClIy4yacB
He(ponaTuu ¢ «UAUONATHYCCKUM OTI0KEHHEM IgA B
Me3aHruu ¢ HaanuuemM HLA Bw35, DR4y. OnucaHHbIe
B 3TOM MCCJICIOBAHUY CIy4Yau OTIMYAINCH
OTHOCHUTEIILHO OJaronpusTHBIM TCYCHUEM C PEIKUM
PA3BUTUEM APTEPUATBHOU THIIEPTEH3UU U ITOYCUHOMN
HENOCTATOYHOCTH. JlapHenIee n3yyeHue
BBIJCIICHHOM Berger n COaBT. maToJIOTUH MTOKA3ajI0
Pa3HOPOAHOCTh ATOM T'PYIINBEI HEPPUTOB U
BO3MOKHOCTB TSKEJIOTO U OBICTPOIIPOTPECCUPYIOIIETO
TEUCHHS 3a00JICBaHMUS.



Dmuonocus

[IpuurHBI HEM3BECTHBI, HO €CTh MPEANOI0KEHNUE, YTO
[gA-HedpomnaTus MOKET BOBHUKHYTh B PE3yJIbTaTe
HECKOJIBKUX MMAaTONCHETHYECKUX MEXAaHU3MOB, BKJIFOYasI
YBEJINMYCHHYIO IIpoaykuuio IgA-1, anHomansHOE
ITIUKO3MIIMpoBaHue [gA-1, 4TO BBI3BIBAET MOBBIIIEHHOE
CBSI3BIBAHHE C ME3aHTHAIIBHBIMHU KJICTKAMH,
CHMKCHHBIM KIUpeHC IgA-1, nepekt nMmyHuUTETA
CIIM3UCTOM 000JIOUKH M YPE3MEPHYIO HPOAYKIIUIO
[IATOKWMHOB, CTUMYJIUPYIOIIUX MPOJIH(EpaAAIO
ME3aHTUAIbHBIX KJIETOK. TakXke OIMcaH CEMEUHbIN
XapakTep 3a00JI€EBAEMOCTH, YTO CBUAETEIBCTBYET O
T€HETUYECKOU ITPUPOAE 3a00JIEBAHUS, IO KpallHEN
MEPE B HEKOTOPBIX CIyYaAsIX.



[ IpuHSTO BBIAETIATH IBE OCHOBHBIE (POPMBI IgA -
HEe(pONaTHHu:

nepsuuHas IgA-nedponarus, viu 0osie3Hb bepxke
BTOpuYHas IgA-HedponaTus, KOTopas ABIACTCA
CJIEICTBHEM JPYTrUX 3a00JICBaHU.

HesicHa cBsi3b IgA-HEeponatnu ¢ TeMOpparn4eCKum
BacKyJauToM (mypnyponu Illennerina—I eHoxa), npu
KOTOPOM HaOI0IaeTCsl cXoaHast MOp(hoJIorndecKas
KapTHHA B IMOYKAX B COYETAHUH C ITOBBIIICHUEM B
CBIBOPOTKE IgA, B CBSI3U C YEM HEKOTOPHIMM aBTOPaAMH
noIyckaercs, uyto IgA-Hegponatuu aBisieTcs
MOHOOPraHHOM (POPMOM reMOPParudeCcKOro BacKyJInTa.



Knunuka

CambIM pacrpocTpaHEHHBIM Makporematypua  Mukporemarypua
IIPOSIBIICHUEM SIBIISICTCS 7 1 S

IIOCTOSIHHAS MJIH
peLYIUBUPYIOIIAS
MakporeMarypus (y 90%
OOJILHBIX AETEH) UIU
OCCCUMIITOMHAs
MUKpPOTeMaTypusl ¢
YMEPEHHOU IIPOTEUHYPHUEM.
Jlpyrue cuMOTOMbI OOBIYHO
HE BBIPAKCHBI.




Makporemarypusi 0ObIYHO HauMHAETCs yepes 1
WJIM 2 THS IIOCIIC JIMXOPaaku Ha (DOHE
3a00J1€BaHUM CIM3UCTBIX 000J0YEK (BEPXHUX
IBIXaTCIIbHBIX MyTEH, Ma3yX, KUIIICYHUKA ),
MMUTHPYH OCTpbId nocTrHdeKnoHHbIM ['H, 3a
HCKIIIOUCHMEM 00JIee paHHEro Hadyalia reMaTypuu,
(COBIAAAIOIIETO C JIMXOPAJAKOM HUJIM CICAYIOILIETO
HEIIOCPEACTBEHHO 3a HEM). BEICTPO
nporpeccupyromuu I'H saBisercs nepssim
nposiBJIcHUEM 3a001eBaHus y MeHee ueM 10%
MTAIIMECHTOB.



Juaznocmuka

AHAJIM3 MOYH BBISBIISIET MUKPOTE€MATYPUIO, OOBIYHO C
AUCMOP(MHBIMU SPUTPOLIUTAMU U SPUTPOLIUTAPHBIMU [TUJTUHIPAMHU.
YMmepenHast npoTenHypus (MeHee 1 I/CyTKH) TUIIMYHA U MOXKET
BCTpeYaThCsl 0e3 reMaTypun; He)pOTUIECKUN CUHIPOM
pa3BuBaeTcsa MeHee, yeM y 20% manuentoB. KoHnenrpanuu
KpeaTUHHHA I1J1a3Mbl KPOBH OOBIYHO B HOPME.

Buocnus mo4ex rnmoka3plBacT IPaHyIApHbIC BKIOUEHUS [gA
koMiuieMeHTa (C3) npu *MMYHO(MIIOOPECLIEHTHOM OKpaIllMBaHUU B
pPACIIMPEHHOM ME3aHTHE C 0YaraMu CErMEHTApPHBIX
npoandepaTUBHBIX UIH HEKPOTHYSCKUX U3MEHEHUI. BaxxHOo, 4TO
ME3aHTHAJIbHbIC BKIIOUEHUS [gA Hecrienu(pUIHbI U TaKXKeE
BCTPEYAIOTCS IPU MHOTUX JIPYTUX 3a00JIEBaHUAX, BKIIOYAs
MMMYHOITIOOYTHMH-A acCOIMMPOBAHHBIN BaCKYIUT (MMypHypy
[IIenmneitn — ['eHOXA), IUPPO3 MTEUECHU, BOCTIATUTEIbHBIC
3a00JIEBaHUsI KMIIIEUHHMKA, TIcopuas, BUY-uHbexkuio, pak Jerkux u
pa3zHOOOpa3HbIe 3a00I€BaHUS COCIMHUTEIBHOM TKAaHH.



[ TomepynsapHoe HakoruieHue IgA — 310
IepBUYHAs 0COOCHHOCTH IMypIirypsl IlleHmenH —
[ eHoxa; AT 2 3a00JIEBaHUS MOT'YT OBIThH
HEPa3TNYUMBIMH IIPU OUOTICUH, NOITYCKas
IIPEANOI0KECHNE, YTO HMMYHOTII00YJIMH-A
ACCOLIMMPOBAHHBINA BACKYJIUT MOXET OBITh
cucteMHoM popmoit IgA-Hepponarun. OgHAKO
MMMYHOTJIO0YJIMH-A aCCOIMUPOBAHHBINA BACKYJIUT
KJIMHUYECKH OTIIMYaeTcs ot IgA-HedponaTtuu u
OOBIYHO IIPOSIBIISIETCS T€MAaTypHUEH, BBICHIITAHUSIMHU
B BUAC NYPIIyphl, apTpairueii u 00Jb0 B 001aCTU
*KMBOTA ( CEMOPParn4eCcKUi BaCKVINT (CBI3aHHBIN
C UMMVHOTTIOOVINHOM-A BaCKVIINT)).




Heo0xoauMoCTH B IIPOBEACHUH IPYTHX
MMMYHOJIOTHYECKUX TECTOB CHIBOPOTKH
00bIYHO HET. KOHIIEHTpalMy KOMIJIEMEHTOB
00b14HO B HOpME. KoHnienTpanus IgA Moxer
OBITH ITOBBIIICHA, TAKKE MOTYT
IPUCYTCTBOBATH UPKYJIUPYIOIINE KOMILICKC
[gA-(pHOPOHEKTHH, OAHAKO 3T JAHHBIC HE
O3BOJISIIOT YCTAHOBUTHh TOYHBIA JUArHO3.



dtanbl pa3BuTus
IgA-HedponaTumn mexay
KanunnsapHbIMM cocyaamMum
B NOYeUYHbIX KInyb6oukax



Heq:ponamu IgA Gonesub bepe




Jleuenue

JlueTnyeckre peKOMEH AN pa3padaThIBAlOTC UHIUBUIYAIBHO C
Y4ETOM OCOOCHHOCTEH T€UEHMS 3a00JIEBAHUSA Y KOHKPETHOTO OOJIBHOTO B
COOTBETCTBUM C PEKOMEHIAMAMU 1O JieueHuo Xbll1.

OrpannunBaercsa noTpediaeHue coiu (10 3—5 r/cyT).

HuszkoannepreHHas auera (orpaHMYEHUE TIIFOTEHA, Msca, MOJIOKA) He
3aMEISIET IIPOrpecCupoBaHms 3a00JIEBaHUS, HO MOXKET OBITh
npeajiokeHa npu couetanuu IgAnedponaruu ¢ nenuakueit (HI).

ITo Mepe cHmkeHUs (PYHKIIMM MTOYEK TPU OTCYTCTBUM
IPOTUBONOKA3aHUI OrpaHUYMBAIOT ITOTpeOIeHue Oenka ¢ ruieit: 10 0,6
r/Kkr maccel Tesa/cyT npu CK® nmxke 60 mi/mun/1,73 M 2 (ipu ycioBuu
IPUMEHEHHUS KETOAHAJIOTOB AMUHOKHCIIOT).

BOABHBIM C OXKUPEHUEM, TUIIEPITUIUIEMUAEH, CHUKEHUEM
TOJICPAHTHOCTH K yIJIEBOAAM, JIMMUTUPYIOT YIIOTPEOJIEHHE 5KUBOTHBIX
YKUPOB U JIETKO YCBAMBAEMbBIX YIJICBOOB.

OTKa3 OT KypeHHUs U YIIOTPeOICHUS aJIKOTOIS.
YcTrpaneHue oyaroB MHQEKIIHH.



Cneuymndun4veckoro (9TMonorn4yeckoro)
neyvyeHns nepBUYHOM IgA-HedponaTum B
HacTosLLEee BPEMS He CYLLIECTBYET,
OCHOBHas Uenb Tepannum — OTCPOYnUTb

Hayasno 3aMecTuTenlbHOM No4YeYvyHou
Tepanuu .



Jleuenue

* Yacro npumensarorcss nHruoOuTopbl AII® nnn bPA-II
[IpY TMIIEPTEH3UH, YPOBHE CBIBOPOTOYHOIO KpEaTHHUHA
> 1,2 MI/1J1, WA MaKpoILOYMUHYPHUH (COJEpKAHUE
oenka B Moue > 300 Mr/aeHsp), a TakKe OpH [EJIEBOM
coaepkaHum oenka B Moue < 500 mMr/aeHs..

* Mcronp3yroTcss KOPTUKOCTEPOUIBI M, BOSMOXKHO,
MMMYHOCYIIPECCAHTHI IPU MIPOTrPECCUPYIOIIEM
3a00JIECBAaHMH, BKJIIOYAs MMOBBILICHUE TPOTEUHYPHH,
OCOOE€HHO B HE()POTHUUECKOM JIMANA30HE, UIIH
BO3PacTaHHUE YPOBHS CBIBOPOTOYHOI'O KpEaTHHUHA

* TpaHCHHaHTaHI/I}I ITOYKH IIPCAIIOYTHUTC/IbHCC JTHAJIN3a



NHrudupoBanve aHrMoOTEH3NHA

Nuarnoutopel AII® nan APA 11 ucnons3yrot ¢
1[EJIbIO YMEHBILICHHS apTEpUAIbHOTO JIaBJICHHUS,
IIPOTECHUHYPHUHU U BEIPAXKCHHOCTH NIOMEPYJISIPHOTO
¢uopo3a. Ilamuentel ¢ reHoTuioM DD rena AIID
MOT'YT UMETh OOJBIINM PUCK IMIPOrPECCUPOBAHUS
00JIE3HU U 00JIEE€ BEPOSITHO OTBEYAIOT HA 3Ty
Tepanuro. i nanueHToB ¢ apTepUuaIbHOU
runepreH3ner THruouTopsl AII® wian 010KaTOPHI
PELENTOPOB aHrMOoTEH3MHA 11 ABIsSIFOTCSA
CpeICTBaMHM BEIOOpA J1aXKe IIPHU OTHOCHUTEIBHO
YMEPEHHOM BBIPAKEHHOCTH OOJIE3HU ITOYEK.



JIipyrue BapuaHThI JJ€4EeHUSA

Omera-3 — NOJIMHEHACHIICHHBIC JKUPHBIE KUCIOTHI (Hampumep, 4—12
r/CyT), TOCTYIIHBIE B JI0OABKaxX Ha OCHOBE PHIOBETO JKUPA, UCITOIb30BAIN
npu JieueHuu IgA-Hedponaruu, HO TaHHBIE 00 UX 3(DPHEKTUBHOCTH
MIPOTUBOPEUYMBBI. ME€XaHU3M JICMCTBUS MOYKET BKJIIOYATh BIMSIHUE HA
MPOBOCIAIUTEIIbHBIC [IUTOKUHBI.

[Ipemaranvcey U Ipyrue METObI JICUCHUS ISl CHUKECHUS TUIIEPIPOTYKIINU
IgA u uHrnOUpoOBaHUs Me3aHTHaIbHOUM posndepanuu. Mckimtouenue u3
JVETHI TIIIOTEHA, MOJIOYHBIX MTPOAYKTOB, SIUIl U MACA; TOH3ULIIKTOMUS;
UMMYHOIJTIOOYJIMH YejioBeKa 1 I/KT BHYTPUBEHHO 2 pasza B MECSIl B TEUCHUE
3 Mec., ¢ nocaeayuM BBeaeHuem 16,5% pactBopa HMMYHOIIIOOYIMHA
0,35 MJI/KT BHYTPHUMBIIIEYHO KaXKJiple 2 HEJl. B TeUeHHEe 6 MeC. — BCE 3TO
TEOPETUUECKU YMEHbIIAET npoaykuuto IgA. I'enapun, gunupugamon u
CTaTUHBI — BOT TOJIbKO HECKOJIbKO TPUMEPOB HHTMOUTOPOB Mpoaudepaiu
ME3aHTHaIbHBIX KJIETOK 1n Vvitro. Jloka3zareiabHas 0a3a B MMOJIb3Y JHOO00I0 U3
STUX BAPUAHTOB TEPAIMU, OTPAHUYCHA W OTCYTCTBYET, IO3TOMY OHU HE
MOT'YT OBITh BKJIFOYEHBI B CTAHIAPThI JICUCHUS.



IIpocnos

[gA-acconmupoBaHHast HEPpoIarus 0ObLIYHO
IpOrpeccupyeT MEAJICHHO; IT0YE€YHass HEAOCTAaTOYHOCTh
Y apTepHajibHas THIIEPTECH3US Pa3BUBAIOTCS B TCUCHUE
10 et y 15-20% nanmenTtos. IIporpeccus 1o
TEPMUHAIBLHON CTAJUH TTOYCYHON HEOCTATOYHOCTH
BcTpevaeTcs B 25% ciaydaeB y naiueHToB nocie 20
net 3a0oneBanus. Ecinu IgA-HedponaTus
AWarHOCTUPOBaHA B ACTCTBE, HPOTrHO3 OOBIYHO
OmaronpusATHEIA. OJIHAKO TOCTOSHHAS FeMaTypus
HEM3MEHHO IIPUBOJIMT K apTEepHAJIbHON T'MIEPTCH3HH,
IPOTCUHYPHUHU U TI0YCUYHON HEAOCTAaTOYHOCTH.
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